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HazapsH P. C., UckopocTeHckas O. B., MukynuHckasi-Pyan4y 1O. H., Mbicb B. A., Bnacos A. B.
M3MEHEHNS B KOCTHON TKAHU, ACCOLIUMPOBAHHBIE
C HACNIEACTBEHHbBIMU CUHOPOMAMMU B CTOMATOJ1IOITUA
AETCKOIO BO3PACTA (0630p nuTtepartypbl)

XapbKOBCKUI HaLMOHaJIbHbIA MeauLUMHCKUA yHuBepcuteT (r. XapbKoB)

[aHHas paboTa asnsieTca dparMeHToOM Hay4YHO-UC-
cnenoBaTenbCckon paboTbl kadeapbl CTOMATONOrnu
LEeTCKOro Bo3pacTa, OEeTCKOM YestoCTHO-/TNLEBON XN-
pyprum v MMNAaHTONormm XapbKOBCKOro HaLMOHAsb-
HOr0O MeaMuUMHCKOro yHmBepcuteTta «[iarHocTuka Ta
NiKyBaHHS 3axBOPIOBaHb OPraHiB Ta TKaHWH LLESenHo-
nnueBoi aingHku», Ne nepx. peectpauii 0113U002274.

Ha ceropgHsawHWIA aeHb, No faHHeiM BO3, 3abone-
BaHVe KOCTHOM CUCTEMbI, TaKOe Kak OCTeonopo3, 3aHu-
MaeT YeTBEPTOE MECTO NOoc/e cepaeyHO — COCYANCTbIX
3ab0neBaHNin, OHKOMNATONOMMIA U caxapHoro auaberta
[4,8,11]. MpuHATO cuynTaTh, 4TO OCTEONOPO3 — 3abose-
BaHWe, XapakTepHOe A8 XEHLUUH NOCTKIMMakTepuye-
CKOro nepuoaa unuv Ans NoXunbIX TI04en, YHTO CBA3aHO
C noTepen KOCTHoM macchl [17,19,22]. OpgHako, B Ha-
CTOSILLIEE BPEMS, [OKA3AHO, YTO UCTOKM OCTEONOPO3a
niexar B AeTCKOM BO3pacTe, Koraa NpoOnNCXoauT UHTEH-
CUBHOE yBeNnyeHmne KoCTHom maccel [15,28,30].

CerogHs, noa OCTEONOPO30M MOHMMAKT Pacnpo-
CTpaHEeHHOE CUCTEMHOE 3ab0oneBaHNe CKeneTa, xapak-
TEPUIYIOLEECH HU3KOW KOCTHOM MacCol B eAnHuLe
00bEMA 1 HaPYLUEHUSIMN MUKPOAPXUTEKTOHUKN KOCT-
HOM TKaHW, 4TO NPUBOAMUT K NOBbLILLUEHHOM JIOMKOCTU KO-
CTel n ysenuyeHuto pucka nepenomos [20,21].

YMEHbLUEHME KOCTHOM TKaHM MpuM OCTEOMNOpO-
3e NpoucxoamT BCReAcTBMe aucbanaHca npoueccoB
KOCTHOro pemoaenunpoBanus. lNpn aTOM BbIAENSIOT ABE
rMaBHblE XapakTePUCTUKM KOCTHOro obmeHa: 1) octe-
0rMopo3 C BbICOKMM KOCTHbIM OOMEHOM, Mpu KOTOPOM
BbICOKasi pe3opbuunsi He KOMMEHCUPYETCS Hopmasib-
HbIM W MOBBILIEHHBLIM MPOLECCOM KOCTeobpasoBa-
HUS; 2) OCTEONOPO3 C HM3KMM O0OMEHOM, kKorga npo-
Lecc pe3opbLmm HaxoaUTCs Ha HOPMasbHOM YPOBHE,
HO MMEETCH CHMXEHME npouecca KocTeobpa3oBaHus.
W Ta n gpyras xapakTepuCcTUKM MOIyT BCTPeYaTbCs, Kak
pasnnyHble cUTyauuu, y ogHoro 6onbHoro. Npu octe-
0onopo3e CcTpajaeT Kak KopTuKanbHas, Tak U Tpabeky-
napHas KOCTHaa TkaHb [14,29].

CyuwiecTtBylollasi, Ha CerogHs, knaccudukauus
octeonopoda [13], nocTpoeHHas B 3aBUCUMMOCTU OT
3TNONOrN4eckmx GakTopoB, 3HAKOMUT MPAKTUHECKMX
Bpayeli C pasnMyHbIM CNEKTPOM 3aboneBaHuii, Beay-
LWMX K pa3BUTUIO OCTEONopOo3a. AT CBEAEHUS LLMPO-
KO 1CMoMb3yloTCca Ans pas3paboTkn U OCYLLLECTBAEHUS
npoduUNakTNH4ECKUX MeponpuATUn No NpenoTBpaLlle-
HUIO CaMbIX TSKENbIX OCIOXHEHW ocTeonoposa — ne-
pPENOMOB KOCTEMN.

[lna anarHocTnku 0CTeonopo3ay AeTer n nogpocT-
KOB, Bpaun-neamaTpbl ONUparTcsa Ha pabounii Bapu-
AHT KACCUOUKALMOHHBIX KPUTEPUEB MPEASIOXEHHbIX
psoom aBTopoB (A. IN. Kpbicb-Tyray, T. A. KuHyaga-l1o-
nnwyk, O. I lanko, 2002) [9].

CornacHo aton knaccndukaumn, BbIOENaoT:

- N0 BO3pacTHOMY akToOpy: OCTEONOPO3 PaHHENO
neTckoro Bo3pacTa (8o 12 neT); ocTeonopos cTapLuero
netckoro Bo3pacta (12-14 neT); 10BEHUSbHbIN OCTEO-
nopoga (ctapwe 14 net);

- N0 3TUONOrMY4ECKUM pakTopam: BPOXAEHHbLIN,
NPUoOBPETEHHbIN;

- MO PACNPOCTPAHEHHOCTU: CUCTEMHBbIN, NOKAJTbHbIN;

- MO XapakTepy W3MEHEHUN KOCTHOW CTPYKTYPbl:
ONOPY3HBIN, 04aroBbl, NATHUCTbIN, CMELUAaHHbIN.

HOBEHMBHLIV OCTEONOPO3 Yy OETEN XapaKTepn3yeT-
CSl reHepanmM3OoBaHHbIM YMEHbLUEHVWEM MUHEpanm3a-
MM KOCTW M NPU 3TOM UCKJTIOHYEH paxuUT U Kakme-nmbo
apyrne npuymHel. MHorga KAnHMYeckune nposiBlieHus
3aMEeTHbl MPU POXAEHUN UNWN BO3HMKAIOT B PaHHEM
neTcTBe, nepen unv nocne nybeprara. MoxeTt nposis-
NATLCSA Y MONOAbIX NOAEN, Y KOTOPbIX UMEETCS YCKO-
PEeHHbIN POCT. [MaTtodrnanonorusa IBEHNIIBHONO OCTEO-
nopo3a BKJIOYAET CHMXEHWE 0O6pa3oBaHUs MaTpukca
KOCTV 1 aucbanaHc Mexay MuHepanmsaumein KocTu 1
ee pesopbumein. MpuyurHa IOBEHUIBHOIO OCTEONOPO-
3a HemsBecTHa. lNMpeanonaraloT BPOXAEHHbIN aedekT
KOCTHOro metabonmama [24].

OT NepBMYHOrO OBEHUILHONO OCTEONOpPOo3a cle-
OYyeT OT/iMyaTbh BTOPUYHBI/A IOBEHWIIbHbIN, CBA3AHHLIN,
yaulie, CoO CTepomaHom Tepanven n gpyrumm dakropa-
Mu [12].

OcTeonopo3 aBNSETCA CUMMATOMOM MHOIMMX Ha-
CIIeICTBEHHbIX 3ab0NieBaHUii — XPOMOCOMHbIX (Kak
pesynbTaT BTOPUYHbIX HapyLleHulii MeTabonnama, Bbl-
3BaHHbIX W3MEHEHMEM 3MUreHeTU4ecKoro crartyca),
MeTab0JINYHbIX (MEPBUYHbIE U BTOPUYHbIE HapyLLEHMs),
MOHOreHHbIX 3a60/1eBaHNI dopManbHOro reHesa, pac-
NMPOCTPAHEHHbIX MyNbTUdAKTOPUanbHbIX 3aboneBa-
HWIA, NATONOMMN COMATMHYECKNX KIETOK, MUTOXOHAPU-
albHbIX U 3NUreHeTn4Yecknx 3abonesaHnii [6].

Kak n3BecTHO, Npy HOPManbHOM Pa3BUTUN MIOAA
1, BMOCNEACTBUN, OETCKOr0 OpraHu3Ma, 3aknagka u
pa3BUTME CKENETa HAYMHAETCH CO 2 — 0 Mecsua BHy-
TPUYTPOOHOrO pasBuTUA U npogomkaeTca oo 25-30
net. Bo3pacTHble n3MeHeHus ckeneta Haubonee 3a-
METHbI B NEPBLIE ABa roga NocTHaTalbHOro Nepuoaa,
B BO3pacTe 8 net n B nepuos, NojioBOro co3peBaHus,
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Korga HabnoaoalTCs UHTEHCUBHBLIE MPOLLECCHI JIMHEN-

Horo pocta [10]. OgHako nNpu HacneacTBEHHOW na-

TONOrMM, BO3MOXHO, U3Ha4aNbHOE HapylleHne npo-

LLeCCOB KOCTe0Opa30BaHUs. ITO MOXET MPUBECTU K

3Ha4YNTENbHbIM U3MEHEHMSAM B elle He CHOPMMPOBaAH-

HOM KOCTHOWM TKaHW, 4TO XapakTepu3yeTcs, OCTeono-

pPO30M U1, BNOCNEACTBMU, ero HeobpaTUMbIM OCTOXHe-

HWEM — OECTPYKUMEN KOCTHOM TKaHW. ITO COCTOSHUNE

MOXHO NPOCAEAUTb B KIIMHNYECKUX NPOSBEHNSX psiaa

CUHOPOMOB, 3HAOKPWUHHBLIX HAPYLUEHUI N HEKOTOPbIX

Hac/eaCTBEHHbIX 3a00n1eBaHusIX.

YuntbiBas TOT pakT, 4TO B NpaKTUKe OETCKOro CTOo-
MaToJiora BCTpeyaeTCs Luenblin psag, 3adonesaHunii (CUH-
OPOMOB), KOTOPbIE XapaKTEPU3YTCH TEMU NN UHBIMA
HapYLLUEHUAMW B KOCTHOW TKaHW WU, COOTBETCTBEHHO, B
3ybo4entocTHOM cucteme pebeHka, Ha POHEe OCHOB-
Horo 3aboneBaHus. Bpauum-ctomaTtonorn nposiBnsioT
6o/blLIOE BHMMaHME K npobneme ocTeonopos3a. Ans
NPakTUYECKNX Bpavyen AOCTAaTOYHO OCTPO CTOUT MpPO-
6nema Bblbopa agekBaTHON KOMMIEKCHOM Tepanunu 3a-
6oneBaHunii napoaoHTa [16].

CornacHo knaccudgukaumn 6one3Hert napogoHTa
(BO3, 1983), BblaensoT
5 rpynn 3aboneBaHwii:

[MHIMBNT — BOCMNANEHUe CM3nCTon 0O0NOYKU

[ECHbl, AN KOTOPOr0 XapakTepHO COXpaHeHue

LLeNTIOCTHOCTM 3y6OAECHEBOIO NPUKPENSIEHNS.

MdopMbi: KaTapasbHbI, TMNEPTPOMPUHECKNIA, A3BEHHDIN.

TeueHue: ocTpoe, XpoHMYeckoe, 06OCTpuUBLLEECS,

pemuccus.

PacnpocTpaHeHHOCTb: IOKaNIM30BaHHbIN,

reHepasiM30BaHHbIN.

CTeneHb TSXXeCTU: nerkas, CpeaHsas, Taxenas.

Il. MapomoHTUT — BOCMANMUTENbLHO — OECTPYKTUB-
HbIi NMPOLECC B TKaHAX MapOAOHTa, XapakTepuay-
IOLMIACA MNOoTepelrt LenocTHocTM 3y6oOecHeBOro
COeQVHEHNS.

TeyeHune: xpoHuyeckoe, obocTpuBlLLeecs, abcLe-

avpyollee, pemMmccust.

PacnpocTpaHeHHOCTb: oKaM30BaHHbIN,

reHepasM30BaHHbIN.

CTteneHb TSXECTU: Nerkas, cpeaHeTsKenas,

Tshkenas.

IIl. MapoaoHTO3 — AMCTPODUYECKOE NMOPaeHMe Tka-
HeWn napoaoHTa.

TeyeHne: XpOHMYECKOE, PEMUCCHUS.

PacnpocTpaHeHHOCTb: reHepann30BaHHbIN.

CTeneHb TSXeCcTU: nerkas, cpegHeTskenas,

Tskenas.

IV. MUomonaTtuyeckue 3aboneBaHMss NapodoHTa ¢

NPOrpeccupyroLLMM N3UCOM TKaHE MapodoHTa

(cungpom MManuiona — Jledespa, rMcTMoOLMUTO3a,

HacneacTBEHHAss  HEWTPOMNEHUs,  HEKOMMEHCU-

pPOBaHHbI caxapHblil anabeT, akaHTonasusl, aram-

MarnobynmHemuns n ap.)

MapoOoHTOMbI — OMyXONM W OMyxosenoaobHble

3aboneBaHus: anynua, pubpomaros 4eCEH U Ap.

JaHHaa knaccupukaumsa He B NOSHOWM Mepe oTpa-

XaeT CYLHOCTb 3abofieBaHUi TKaHe MapoaoHTa

B BO3pacTHOM acnekTe. Hanbonbllee npusHaHue

nonyymna knaccudukaums 3aboneBaHUn TKaHel

<

napoaoHTa y AeTel 1 NOAPOCTKOB, NPEAIOKEeHHas

R. C. Page n H. E. Schroeder (1983), B 0CHOBY KO-

TOPOW NONIOXEH BO3PACTHOM NPUHLMI.

I. TMNpenybepTaTHbIili NapogoHTUT (Bo3pacT oo 12 ner)
A. JlokannsoBaHHbIN
B. lfeHepann3oBaHHbIN
Il. KOHowecknin napoaoHTUT (Bo3pacT oT 13 oo 17 neT)
Ill. BeicTponporpeccupyloLLnin NapoaoHTUT (BO3pacT
ot 17 pno 35 neT)
IV. NMaponoHTUT B3pOChbIX (BO3pacT cTtapwe 35 ner)

[27].

B paHHOM cTaTbe Mbl NPEANPUHAAN MOMNbITKY CKOH-
LLEHTPMPOBATb YaCTb CUHOPOMOB, NMPU KOTOPbIX Y AETEN
HabNOAIOTCA U3MEHEHUS CO CTOPOHbI TBEPABIX TKa-
Hel 3y60OB 1 anbBeONSAPHOM KOCTW Ha dOHe ocTeono-
pO3a KOCTHOW TKaHu opraHnadma [27]. Hanpumep:

B nonoctu ptay geten ¢ cuHapomom JayHa (CUH-
apom Down) onpenensaTca: MUKPOCTOMUSA, Makpo-
rnoccusi, apkoobpasHoe HebO, MUKPOAOHTUSA; TMMO-
nnasvs amanu, kapuec 3y6oB. [lporpeccupytowme
M3MEHEHMS CO CTOPOHbI TKaHEen NapofoHTa 4acTo Ha-
onopaTca B o6nactn GpoHTanbHOM rpynnbl 3y60oB 1
B 061aCTX NEPBbIX MOMSIPOB. DTO CBSA3AHO C aHOMasIn-
AMW KanNnUINSpoB NapOAOHTa, UBMEHEHMEM COEOUHU-
TENIbHOW TKaHW, HapyLLleHneM aKkTUBHOCTU NONUMOpP®-
HO-S1AEPHbIX TENKOLUMTOB, MOHOLIMTOB U YMEHbLLIEHNEM
KOJIN4eCTBa KJeTO4YHbIX NMMOOUNTOB. Bbicokaa pac-
NPOCTPAHEHHOCTb arpecCuBHbIX GOPM MapOAoHTUTA
BCTPEYaeTCs B paHHEM BO3pacTe.

Jetam ¢ cuHgpomom [JayHa npucym mn obuiue,
XapakTepHble, 4YepTbl: Hebonbllas Kpyrnas rososa
CO CKOLLEHHbIM, YMJIOLEHHbIM 3aTbIIKOM; KOpPOTKas
Lesl; MOHFOIONAHbBIN pas3pes rMag; NUKaHT; KOPOTKNIA
CeasIoBUAHbLIA HOC; MajleHbkne oTcTalowme gedop-
MWPOBAHHbIE YLLUHbIE PAKOBUHbI; MONYOTKPbITHIA POT;
ManeHbKuiA 3anagatroLlnii noadopoaok; aepopmaunm
rPyAVHbI; MblleYHas r’MnoTOHUS; nornepeYyHas NafoH-
Has CKNnagka; KIMHOAAKTUAUS; TUNeprnoaBUMXHOCTb
CyCTaBOB; CBOe0bOpasHas noxoaka C HeNOBKUMU OBU-
XeHuamu. ConyTcTByOLLAA NaTonorn npencraene-
Ha SHAOKPUHHBLIMU HAPYLUEHUSAMU (HELOCTATOYHOCTb
OYHKUNN LUNTOBUAOHOW XeNesbl 1 NOSI0BbIX Xenea); no-
poKkamMu pa3BUTUS CEPAEYHO — COCYAUCTON CUCTEMBI
(AMXKI, OAI); HEBPONOrM4yeCcKon NaTonornen; nopo-
KaMn pasBUTUSA Xeyao4HO-KMLLEYHOro TpakTa (aTpe-
31 1 CTEHO3 ABEHAALATUNEPCTHON KULLKW, BOCNAIN-
TesNbHble U3MEHEHUs CAN3UCTON KULLEYHUKA U T.4.);
OPOHXONErOYHOM NaTONIOrMEN; aHOMaNUSMU  TMOYEK;
HapyLUEeHNEM 3PEHNS N CNYyXa; CKIOHHOCTbBIO K MHPEK-
LMSM 1 310Ka4eCTBEHHbIM 3ab0neBaHNsaM (neikemus).
[na peteii ¢ cuHgpomom [JayHa xapakTepHa yMCTBEH-
Has oTcTanocTtb [1,3].

Mpu cuHapome S6T7a-Jletrepepa-CuBe (CUHOPOM
Abt-Letterer-Siwe, morbus Letterer-Siwe, morbus
Abt-Letterer-Siwe, reticulosis aleucaemica, reticulosis
maligna, reticuloendotheliosis infectiosa) B nonoctu
pTa HabNOOAITCA NPOSABAEHUS A3BEHHO — HEKPOTU-
4eCKOro rMHruBUTa, KOTOPbIA CKOPO CMEHSETCS reHe-
PannN30BaHHbIM MAPOAOHTUTOM. PeHTreHonornyecku
[ECTPYKTMBHbIE MPOLLECChI JlTaKyHApHOro Tuna onpe-
0EensTCca He TONMbKO B aNbBEONIIPHOM OTPOCTKE, HO
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1 B 06nacTu Tena HMXHEN YentocTu 1 ee BoCxoasLLen
BeTBU. MHOXECTBEHHbIE OrpaHMYEHHbIE O4ary pe3opob-
LM OKPYINOW NAn 0BanbHOM GOPMbI ANArHOCTUPYIOTCS
Takxe B Apyrux koctax. CuHgpom Abt-Letterer-Siwe —
CUCTEMHbI MPOrpeccuUpyoLLMin HaCNEeACTBEHHbIN MTN-
CTVUOLMTO3 HENUMUOHOrO XapakTepa, KOTOpbIM yalle
3aboneBatloT OeTn B Bo3pacTte oT 1 roga oo 2 net. Ana
CUHOPOMA XapakTepHO ObICTPOe pa3BuTME 3aboneBa-
HUS 1 HeBNaronpPUATHLIA NPOrHo3. B HayanbHOM nepu-
ofe — nuxopagka, reHepann3oBaHHOE YBENNYEHUEM
amMmdaTnyeckmnx y3nos, NATHUCTO — nanynesHble Uau
MATHUCTO — CKBaAMOS3HbIE BbICbINAHUS Ha KOXEe (cny-
LLEHHbIE YELUYNKN 1 KOPKK XenTtoro useta). KnnHuye-
ckue nposiBneHns 3abonieBaHus OGbICTPO HapacTaloT.
K paHee onucaHHbIM MNpU3HaKaM MPUCOEONHSAIOTCS
ak3odTanbM, HecaxapHbli AMABET, BbIpAXEHHOE yBe-
JINYEHVE NEYEHU N CENE3eHKN, Anapes, remopparmye-
cKas nypnypa, a Takke BTOPUYHbIE CUMNTOMbI MOpaXxe-
HUS OpraHoB KpoBoOOpaLLeHMs. MNoBbILLEHHAs Xaxaa,
BCNeACTBME KOTOPOM aeTun BoinmatoT 4o 10 i xnako-
CTM B TEYEHME CYTOK.

B nepudepunyeckon kpoBu HabnwpaetTcs Bbipa-
XEeHHas aHeMus, 303MHOGUNINSA, TPOMOOLMTO3 N MNO-
BblLLIEHNE CKOPOCTU ocepaHusa aputpoumtoB (COI).
[nsa naHHoro 3abosieBaHns xapakTepHa, Takke, H13Kas
MAOTHOCTb MOYN.

OrpaHunyeHHble unn guddysHble o4arn OCTeorno-
po3a N OECTPYKUMN KOCTHOM TKaHW PEHTreHonornye-
CKMN OMpenenstoTcs Takke B afbBEOJIIPHOM OTPOCTKE
N Tene HWXHen 4entocTn npu cuHapome lowe (CUH-
anpom Gaucher, morbus Gaucher, cuHopom Gaucher-
Schlagenhaufer, splenomegaliaprimariaidiopathica.
JecTpykuus anbBeONsIpHOrO OTPOCTKA OCYLLECTBISA-
€TCH MO NakyHapHOMY Tuny. BO3MOXHO Takxe Hanu4ine
0o4aroB NOpaxeHus Tena n BOCXOASALEN BETBU HUXHEN
4encTu.

Hapsgy c obuweln cumnTomMaTukon, HabniogaeTcs
nopaxeHue TKaHe NapoaoHTa B BUAe npoandepaTuns-
HbIX N3MEHEHWUI B CNN3NCTOM 0060/104KEe OECHbI, C MNo-
cnenywowmMm GOPMUPOBAHMEM NAPOAOHTaNbHbIX Kap-
MaHOB 1 pPasBUTUEM NATONOrMYECKOM MOABMXKHOCTU
3y06o0B.

Morbus Gaucher — 3T0 rMCTUOUNTO3, KOTOPbLIN Xa-
pakTepu3yeTcsi HakomnjaeHMem rnkoLepebpo3nagos
B KJIeTKaxX PEeTMKYN03HO0TENNaNbHON CUCTEMBI, MaB-
HbIM 00pPa30M B KOCTHOM MO3re, nevyeHu, Cene3eHKu.
Hacnenyetca no ayTOCOMHO — AOMWHA@HTHOMY TuIy.
OcTpas dopma 3aboneBaHns pas3BMBaETCA B PaHHEM
BO3pacTe 1 XxapakTepu3yeTcsi BOSHUKHOBEHNEM KPOBO-
V3NUSIHUIA MO, KOXY U CIM3UCTble 000/I04KM, HOCOBbIX
KPOBOTEYEHWIA, Cynopor. XpoHnyeckas ¢popma Habnto-
[aeTcs NpenMyLLECTBEHHO Y geTen ctapwe 10 net u
MMEET OnTenbHOE TeyeHune. Pe3koe yBennyeHme ne-
YEHW U CeNe3eHKU, YacTble NepeioMbl ANIMHHBLIX TPY6-
YyaTbIX KOCTEN, BCNEACTBNE NCTOHYEHUS X KOPKOBOIO
CNnosl, MopaXeHne CyCTaBOB 1 OFPaHUYEHNEM X NOoA-
BVDKHOCTWU, @ TakKXKe NATHUCTAs KOPUYHEeBas Uy xentas
oKpacka KoXu nnua n pyk.

OkoHYaTenbHbIN  OMArHo3 CTaBUTCSA Ha OCHO-
BaHWM OAHHbIX TUCTONOMMYECKOro UCCnegoBaHus

— BbIIBJIEHMW B 04arax nopaxexHus knetok lowe. B ne-
pudepnyecKon KpoBm onpeaenseTcs aHemMums.

leHepann3oBaHHbI NMAPOAOHTUT MNPU CUHAPOME
XeHpga — Uhwonnepa - KpucdeHa (cuHppoMm Hand -
Scholler — Christian, cuHgpom Scholler — Christian,
cuHapom Christian, morbus Hand — Scholler — Christian,
cholesterinlipoidosis, lipoidhistocytosis, lipoidgranu-
lomatosis, cholesteringranulomatosis, histocytosis
X chronica disseminata) npossnseTca cumnTroMmaTuye-
CKWN I3BEHHO — HEKPOTUYECKUM TMHIMBUTOM, 06pa3o-
BaHMEM, 3amnOSIHEHHbIX FPAHYNAUUAMN, NAPOAOHTasb-
HbIX KAPMaHOB, NATOJIOMMYECKON NMOABMXHOCTbLIO 3yO0OB
MU OrofieHnemM KOpHen, obunMemMm HeMunHepann3oBaH-
HbIX, pexe — MUHEPaNM30BaHHbIX 3YOHbLIX OTIOXEHUNA.
MHoeTeuveHne 13 NapoaOHTaNbHbLIX KAPMAHOB, Kak npa-
BUJIO, OTCYTCTBYET.

Morbus Hand — Scholler — Christian — 9170 xpoHuue-
CKUI FTUCTUOLMTO3 C ayTOCOMHO — PELLECCUBHBIM UK
PELECCUBHBIM TUNMOM HACcneaoBaHUs, B OCHOBE KOTO-
pOro nexuT HapylleHWe XONecTepuHOBOro obmeHa.
BonetloT npenmMyLlecTBeHHO oeTn B Bo3pacTte go 7-10
JIEeT, a Takke NoAPOCTKM N IOHOLWN. [1aTOrHOMOHUYHBLIM
CYMNTOMOKOMIMIEKCOM AN OAaHHOro 3aboneBaHus
asnaeTtca Tpuaga KpucyeHa: HecaxapHbli anabeT, ak-
30dTanbM, OrpaHNYeHHbIe o4Yarv AeCTPYKLUUM MAOCKUX
KOCTeli ckeneTa, 0coBEeHHO Yepena, OKpyrioi 1 oBaslb-
HolM dopmbl. Hapsaay ¢ aTumu npmdHakaMmm oTMeda-
I0TCS YMEPEHHOE YBEIMYEHNE MEYEHN N CENE3EHKN,
reHepann3oBaHHbIn numdageHnT. B nepudepunyeckon
KPOBM OTMEYaKTCS aHEMUS!, YMEPEHHbIM NENKOLMTO3,
vHorga MoHouuTo3. CopepxaHne xonectepuHa, 3Ha-
YNTENBHO, YBEIMYEHO.

Komnnekc HacneoCcTBEHHbIX AepPMaTO-CTOMATON0-
rMYeCKNX aHOMaNun_xapakTepusyeTt cuHapom llanuii-
oHa — JlegpeBpa (cvHppom Papillon — Lefevre).

Mpope3biBaHME BpeMeHHbIX 3yO00B y AeTel ¢ AaH-
HbIM CUHAPOMOM, COMPOBOXAAETCHA Pa3BUTUEM BOC-
naseHns B CIM3uUCTolr 060M04Ke OeCHbl, He noaaato-
ueroca nedenuio. JdanbHenwee nporpeccmpoBaHue
npovecca npueoauT K GOPMMPOBAHMIO MAPOAOHTASTb-
HbIX KapMaHOB C OOWIMEM TPaHYNSLMOHHOM TKaHW,
FHOWHBLIM OTAENAEMbIM, a TakKe BO3HUKHOBEHWEM Na-
TOJIOrMYeCcKom NoABMXHOCTM 3y6oB. K 4-6 rogam Takme
OETN NpPakTUYeCcKkn MOJSIHOCTbIO YyTpavmMBalOT BPEMEH-
Hble 3yObl. AHANOrM4YHble N3MEHEHNS B TKaHAX Mapo-
[OHTa HabN[aloTCs Takke B NMepuon npopesabiBaHns
NMOCTOSAHHbIX 3y60B. ArpecCrMBHOE TeYEHME reHepanu-
30BaHHOr0 MapoAoHTUTA ABASETCS MPUYMHOM NoTepu
3y60B yxe B 14-15 neTHemM Bo3pacTe.

PeHTreHonornyeckas cuMnTomMaTuKka XapakTepu-
3yeTcst NakyHapHbIM TUMOM OECTPYKUUN anbBeonsip-
HOro oTpocTka B 06/1aCTV MOJISIPOB 1 NpeMonspoB. Bo
dpoHTaNbHOM y4yacTKe YentocTelt HabniogaeTcs paB-
HOMepHas pe3opbums Mex3yOHbIX neperopoaok. Ma-
TOJIOrMYECKME UBMEHEHUS B TENe YENOCTU N B APYIUX
KOCT$SIX CkefnieTa OTCYTCTBYIOT.

MpuynHon passutus cuHpgpoma Papillon-Lefevre,
ABNSIETCS HapylleHue TpuntodaHoBOro obmeHa; Ha-
crnenyetcs 3aboneBaHne Mo ayTOCOMHO-PELLECCUBHO-
My Tuny. NoMMMO BOCMANUTENBHO — OECTPYKTMBHbIX
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VW3MEHEHUI B NAapOAOHTE, CUHOPOM XapakTepusyeTcs
NaA0HHO-MOAOLWBEHHBLIM OMCKEPATO30M.

Taxenasa ¢opma reHepann3oBaHHOIO NMapogoOHTU-
Ta C NOABMXHOCTbLIO 3yOOB 1 OBLLMPHONM OeCTPYKLMEN
napoaoHTa, HabnogaeTcs U y OeTell C CUMHAPOMOM
3nepca-LaHnoca. CuHopom Ehlers-Danlos — 310 Ha-
CneacTBEHHAsA Me3eHXMManbHas oucnnasusa ¢ nposie-
NIEHNSIMU B KOXE 1 ONOPHO-ABUraTenbHOM annaparte. Y
OO0NbHbIX NOSIBASIOTCS TOYEYHbIE KPOBOU3NNSAHMUS B 06~
nactu nuua m wen. MNMpn Hanps>XXeHN BO3HUKAT NOA-
KOXHble remaToMbl. [Jns cnHapoma xapakTepeH Takke
nedekT yMCTBEHHOIO pa3BnUTUA.

Ha ¢oHe reHepann3oBaHHOrO OCTEONOpO3a npu
cuHapome TapatbiHoBa_(cnHgpom Tarathinov, 203u-
HOdUNbHAs rpaHynemMa) HabnoaalTCa AeCTPYKTUB-
Hble U3MEHEHUs1 YeNCTeN U OPYyrux MIOCKUX KOCTSAX
ckeneTa. B nonoctn pta — 93BEHHO — HEKPOTUYECKWNIA
TMHIMBUT N Opyrne KIVHUYeckue Npu3Haku reHepa-
NIN30BaHHOrO  MapofoHTuTa. PeHTreHonoruyeckas
KapTuHa npeacTaBfieHa OrpaHMYEHHbIMU OKPYbIMU
VAW OBaNbHbIMW O4aramu OeCcTPyKLUMN KOCTHOM TKaHW,
anbBEONSIPHOro OTPOCTKA M Tena venocTtu. lMpouecc,
Kak MnpaBwuio, NOKanu3yeTcs B 001aCTU HUXHUX MO-
NAPOB, pexe — OAHOBPEMEHHO Ha BEPXHEN U HUXHEN
YenCTAX.

B03mHOGUNBLHAsA rpaHyeMa BCTpeyaeTcs Npenmy-
LLEeCTBEHHO Y AeTel OOLKONbHOro BO3pacTa, pexe y
noapocTkoB. OKOHYaTebHbIM AMAarHO3 yCTaHaBIMBalOT
Ha OCHOBaHUK NabopPaATOPHbIX AAHHbLIX: B Nepudepurye-
CKOW KPOBM OOHapPYXMBaETCH YMEPEHHbI NENKOLMTOS
1 BblpaeHHas 303nHodunus, gocturatowas 10-15%.

Mpwv cuHgpome Humara- MNuka (cuHgpom Niemann-
Pick, morbus Niemann-Pick) Takxe HabniogaeTtcs no-
paxeHne NIO0CKNX KOCTEN CKeneTa, B TOM YUCHE U Ye-
NOCTHBIX. B monoctn pra guvarHoctupyeTcs Taxenoe
TeYeHne reHepann3oBaHHOrO MNapoaoHTUTA, KOTOPOe
NPUBOAUT K PAHHEN NOTEPE BPEMEHHbIX 3yOOB.

O0Lwas KNMHMYecKas KapTuHA U XapaKTePHbIA CTO-
MaToJIOrM4yeckmini cTaTyC 0OYCNOBEHbI HAPYLLIEHUSIMA
obmMeHa CNOXHbIX NMNUO0B C HaKOMIeHMeM COUHIo-
MUennHa B PEeTUKYO3HAOTENMANbHBIX KneTkax, npe-
VMYLLECTBEHHO B MEYEeHU, CeNle3eHke U LEeHTPasIbHOMN
HepBHOI cucTeme. 3aboneBaHvie HacneaoyeTcs no ay-
TOCOMHO — PeLeCCUBHOMY TUMY, UMEET 3/10Ka4EeCTBEH-
HOe TeyeHue 1 HebnaronpusaTHbIA NporHo3. BonetoT
[EeTn B BO3pacTe OT 2 MecsueB A0 3 NeT.

Taxenble HapyLeHNa GYHKUMA LLeHTPasibHOM HEPB-
HOM CUCTEMbI, renaTocrnjieHoOMeranus, reHepannso-
BaHHbIN NMM®MaOEHUT, XENTYLIHOE OKpaLUMBaHME KOXMU
M BUOUMBIX CIAN3UCTLIX 0Bonoyek. [uarHocTunyeckoe
3HaYeHne MMeloT knetkn Humana-MNuka, onpepensio-
Lpmecs npm rucTonormM4eckoM NUCcneaoBaHm nyHkTa-
TOB KOCTHOIO MO3ra v Apyrux o4aros rnopaxeHus. B
nepndeprnyeckon KpoBM OTMEYAIOTCH TMNOXPOMHAas
aHeMus 1 TPOMOOLMTOMNEHUS.

M3MeHeHnss B TKaHSAX NMapoAOHTa BCTPEYaloTCs U
rnpu HacnencTBEHHOV HenTporneHuy. 3abonesaHue
BCTPEYAETCSH CPAaBHUTENbHO PEOKO, XapakTepuay-
€TCA YMEHbLUEHNEM COOEePXaHUSA HeUTPODUIbHbLIX
NenkoumMToB B nepudepuyeckort KPoBM U KOCTHOM
Moare. C nepBbIX MECSLEB XN3HW Y AeTel NOSBNATCS

FHOMHNYKOBbIE MOPAXEHUS KOXWN, DYPYHKYIbl (B TOM
4Mcie 1 Ha KOXe rosioBbl), abCLEecChl NOAKOXHOM! XU-
poBoWi kneTyaTku, 6nedapuTsl.

MpopesbiBaHNe BPEMEHHBLIX 3yOOB COMPOBOXAaET-
CS1 BO3HMKHOBEHMEM S3BEHHO-HEKPOTUYECKOrO MMHIMM-
BUTA, KOTOPLINM yXe B 2-3 NeTHEM BO3pacTe CMEHSETCS
reHepanmM3oBaHHbIM NAPOJOHTUTOM. 3aboneBaHme xa-
pakTepu3yeTcs arpeccuBHbIM TEYEHUEM BC/IeACTBUE
nporpeccupytoLLeit pe3opbumm KOCTHON TKaHW afbBe-
ONIIPHOro oTpocTka. BbicTpoe yrnybneHne naponoH-
TalbHbIX KAPMaHOB 1 Pa3BUTME BbIPAXXEHHOM NaTo0-
rMYecKomr NOABUXHOCTU BPEMEHHbIX 3y60B NPUBOANT K
VX paHHen noTepe.

Mpy nNpope3abiBaHMM MOCTOSIHHBLIX 3yOOB Yalle Ha-
onopgaetca runepTpoduyecknii  rmHrueuT. Matono-
rMYyecknii npouecc ObICTPO MNPOrpeccupyeT, pac-
NPOCTPAHSASICb Ha BCE TKaHM NapoAOoHTa, O YEM
CBUOETENbCTBYIOT KJIaCCUYECKME NPU3HAKM reHepann-
30BaHHOro napogoHtuta. K 12-14 ropam Ttakue netm
NPakTUYeCckM MOJNIHOCTbIO YTPAYMBalOT MOCTOSIHHbIE
3y0bl.

PeHTreHonornyeckn onpegenseTcs pesopbums
KOCTHOWM TKaHU MeX3yOHbIX Neperopofok C YeTKUMMU
KoHTypamu. Cnegyet OTMETUTb, YTO NPU HACNEACTBEH-
HOMN HEeWTPOMNeHnn OEeCTPYKTUBHblIE U3MEHEHUd orpa-
HNYMBAIOTCH aIbBEONISIPHBIM OTPOCTKOM M HE pacrnpo-
CTPaHSATCS Ha TEIO YENIOCTU.

B nonoctu ptay neter HabnogaeTcs: BhlpaXKeHHas
OTEYHOCTb, ApKasi rmnepemMmnsl, KoOBOTOUYMBOCTb U U3b-
A3BJIEHNE CNN3NCTON 060NI0HKM OECHBI.

OcTeonopo3s Takxe ABASEeTCS BeAYLLMM CUMITOMOM
cuHapoma Hetnwmna (cvmhpopom Nettleship) — pasHo-
BUOHOCTN [0OpPOKAYeCTBEHHOro PeTukynésa, KiauvHU-
YEeCKM HaMOMMHAIOWEro MUIMEHTHYIO KPannuBHULLY.
KnuHnyeckun onpenensioTcs: ypTMKapHble Uan KCaHTe-
Na3MouHblE BbICbINAHUS BEIMYNHON OT GynaBOYHOW
ronoBkn 0o 606a B pasnnyHbIX YacTsx Tena; LeHTp U
KaiMa 3neMeHTa Cbinu NMUIrMEeHTUPOBaHbI; NoagoOHbIE
BbICBIMAHMSA OTMEYaKTCs Takke Ha CIM3ucTbix 000-
JloHKax NosocTy pTa, B TOM 4Yuche Wek n ryd. B kpoBu:
IMMPOUMTO3, BTOPUYHAS aHEMUS, MHOTAA YMEHbLUIEHA
TONIEPAHTHOCTb M1a3Mbl K renapuHy, a Takke yajanHe-
HO BPEMS CBEPTbIBAHMUS U KPOBOTEYEHUS; CHUXKEHa
ycToMu4MBOCTb kanunnsapos. Kpome Toro HabnopaeTcs
OCTEeOCKNepos, renatocnaeHomMmeranmsa. fmcronornye-
CKU, B KOXE, BOKPYT 3JIEMEHTOB CbilN 0OHapYXMBaeTCs
MHOFO TYYHbIX KNEeTOK. BO3MOXHO ayTOCOMHO-A0MU-
HaAHTHOE HacneaoBaHue.

Ha ¢oHe obuiero ocrteonoposa Npw CUHAPOME
daHkoHn-AnbbepTuHu-LlenbBerepa, peHTreHorpadun-
4YecKkn OMnMpenensTCs U3SMEHEHUS B KOCTSX, HAanoMm-
HatoLMe paxuT, JIOXHbIE NepenoMbl, 0ObI3BECTBIEHNE
Mo3roBoro cepna (falx cerebri) TBepmori 060n04KM
rofioBHOro moara. [na pebeHka xapakTepeH onpeae-
JIEHHbIN CTOMATOJIONMYECKMA CTaTyC — LWMPOKUA POT
C BblOAIOWENCH HWMXKHEN YEeNoCTbio; MaKpOrioccus,
MWKPO- U TMNOAOHTUS, TPEMbI 1 anactemMmbol. CMHOPOM
daHkoHN-AnbbepTHU-LienbBerepa — peako BcTpeya-
loLeecs oCcTeonaTMyeckn — aumaoTuiyeckoe Hapylue-
HMe obMeHa C NCeBAOPaAxXMTOM U XapakTepHbIM de-
HOTUMOM (BO3MOXHO, B pe3dyfibTaTe HacneaoCcTBEHHOro
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3H3MMHOro gedekTa). et uMmeloT HopMasbHY0 Maccy
Tena npu pPoXgeHun; NpOonopLNOHANIbHO-KaPNKO-
Bblli POCT; BPOXAEHHbIE MOPOKU CEepaLa; xapakTepHoe
MU0 — BbINYKJIbIM 100, y3KMe rMasHble Wen, SnnkKaHT,
YMEPEHHbI rmnepTenopuaM, XpoHudeckuii bnepaput
M KOHBIOHKTMBUT, PACLUMPEHHbIA N YrnyBNeHHbIn KO-
peHb HOCAa, Y3KMe HO34pW, KOpOTKas Lwes, aMcnnasus
YLIHbIX XpsLLen, 03eHa, cutis laxa.

MameHeHns B KPOBM MpeacTaBiieHbl MMNonpoTen-
HEMWEN, TUNoOKanbLUMEMMEN, YMEHbLUEHNEM LLENOY-
HbIX pe3epBoB. B Moye — Hebonblias ans0ymuHypus,
NenKounTYpUs, UWANHAPYPUS, WHTEPMUTTUPYOLLAN
amuHoaumaypusi. B CNIMHHOMO3roBOWM XNAKOCTW, 3Ha-
YNTEeNbHO, MOBLILWEHO coaepXxaHue 6enka, MoJIoXn-
TeNbHble KONIOUAHbIE peakumn 3onoTta. ButamuH D B
60nbLUINX A03aX AAET NONOXUTENbHbIN 3hdEKT.

[eHepann3oBaHHbIN NMAPOLOHTUT UAN MAPOLOHTO3
ABNSAOTCH COCTaBASAOWMMN CUHAPOMA A — BUTAMUH-
HoOW HegocTaTtoYHOCTM. [aHHbI cuHApPOM HabnooaeT-
csl Npu HepocTaTo4yHOW 0BGecrnevyeHHOCTU opraHM3ma
BUTAMMHOM A UM NpU HapyleHun ero obmeHa. 9710
COCTOSIHNE XapaKTepuU3yeTcsa: runepnurMmeHTaumnen
KOXM (0COBEHHO nnLa), KOXHbIM NapakepaTto30M, Cy-
XOCTbIO KOXHbIX MOKPOBOB, KCepodTanbMmen, kepato-
Manaumen, 6POHXUTOM, axunmnen, CKIOHHOCTBIO K Mo-
HocaM, ypeTputaMmm, 06pa3oBaHNEM MOYEBbLIX KAMHEN
B NMOYKax, NpexaespeMeHHbIM NoceaeHEM BOSOC.

Ha ¢oHe ocTeonoposa, HabnogaeTcs 3anosganoe
npopesabiBaHne 3y60B, CKIIOHHOCTb K Kapuecy Npu CHUH-
apome XeribHepa-Xevitepa (cunopom Heubner-Herter,
cuHaopom Gee-Herter-Heubner, morbus Heubner-Hert-
er, morbus Thraysen-Gee) — TaXXenow XpoOHN4eCcKowm nn-
LeBapuTeNbHON HELOCTAaTOYHOCTU Y OEeTEeN C TakK Ha-
3bIBAEMbIM KULLIEYHBIM UHDAHTUIN3MOM (Lenuakunen).
[n§a rpyaHbIX Nan ManeHbKNX AETEN XapaKTepHbI: TSXe-
nas obwas amctpodusa nnn gaxe atpodus; 0OUbHbIN
6enoBarTblli 3NI0BOHHbIV Kan (cTeaTtopes); yBeNMYeHHbIM
XWBOT (NceBpoacumT, KOTOPbI 00pasyeTcs B pe3ysib-
TaTe aTOHUM KULLIEYHUKA, COAEP>XALLero XWAKOCTb);
rMNOTOHMYEeckass 1 aTpoduryeckas MycKynaTypa; Bbl-
paxeHHasi rmaponabunbHOCTb, YacTas nepemMeHa Ha-
CTpPOeHUs, NyrmmBocTb. KapTnHa KpoBu npeacrasneHa
MaKpOLUMTAPHOM rTMNEPXPOMHON aHEMMEN. B 3aTSXKHbIX
cnydasx 3abofieBaHUs BO3MOXHa 3afepXka pocTa.
CuHgpom Heubner-Herter aBnsetca nprusaHakom rmno-
BUTAMMHO3a (rMaBHbIM 06pPa3oM BUTaMUHaA A).

PeHreHonorunyeckas kaptuHa npu cuHapome Meii-
nepa- bapnoy (cvHppom Moeller-Barlow, cuHppom
Cheadle-Moeller-Barlow, morbus Brinton, morbus
Cheadle) npeactaBneHa oyaramm NPOCBET/IEHNS B Me-
Tadumzax; TpewmHamun, nepenomamu. B nonoctmn pta
MOXHO [OVarHOCTMpPOBaTb HEKPOTUYECKUA TUHIUBUT,
KPOBOTOYMBOCTb AECEH, MPU Hann4mm 3y60oB — UX NaTo-
JIOrMyecKkyto nNoaBuXHoOCTb. CuHapom Moeller-Barlow
ABNSAETCHA NMPUYMHON OOLLLEKIIMHNYECKNX N3MEHEHNI B
OpraHu3me, Takmx kak: 6eCrnokKoncTBO, NI0X0e HACTPO-
€HVeE, MNOXO0N anneTuT; KPOBAHUCTbIN HACMOPK; rema-
TYpUS; OTEKM KOHEYHOCTEN; NETEXMN HA KOXE.

Curapom Mennepa- bapsoy ykasbiBaeT Ha aBUTa-
MUHO3 C y rpyaHbIX AeTen y OeTEN paHHEro Bo3pacTa.

MpenmyLecTBeHHO OONEIOT AeTU B BO3pacTe OT 6 Mec.
[0 OBYX NeT.

MN3-3a HapyLlleHMs NPOLECCOB KOCTEOOPa30BaHMs
BO BHEYTPOOHOM nepuoae pa3BuTus, y OeTell C CUH-
Aapomom bnereaga — XakctayseHa (cuHgpom Blegvad-
Haxthausen) HabniopatoTcs nedekTbl 3yOHOM amanu,
XPYMNKOCTb KOCTeW, cnaboCTb CBA30YHOro annaparta
cyctaBoB. OOLWEKNMHMYECKME CUMMTOMbI BKJtOYa-
I0T: aHeToOepMUIO (Ha KOXe SICHO OTrpaHU4YeHHble,
OoBaJsibHble, HEOONbLLME CEPO-CUHEBATHLIE NATHA C BTS-
HYTOW NMOBEPXHOCTbLIO N MNEPEMUPOBAHHON KaMOWR).
Kpome TOro ana cmHapoma xapakTepHbl: OTOCKNepos,
KaTapakra.

CouyeTaHne nNpu3HakoB 3ab0NeBaHUSA PETUKYSIOIH-
LOTENVNANBbHOW CUCTEMbI U CTOMATONIOMMYECKUX CUM-
NTOMOB HabnoOaeTcs Npu cuHApome JInxTeHLTepHa
(cungpom Leihtenshtern, cuHgpom ructmouutosa X),
npu KOTOPOM MPOUCXOANT AECTPYKUUNSA HUXKHEN Yento-
CTK B 06nacTu GONbLUMX KOPEHHbIX 3y6OB M UX NOA-
BUXXHOCTb. BnocneacTenm, npouecc cxoneH ¢ 903MHO-
dunbHol rpaHynemoli. Mpun nepexone 3abonesaHns B
XPOHUYECKY HPOPMY CTAHOBSTCH SIPKO BblPaXEHHBLIMU
CUMNTOMaMu reHepann30BaHHOro NapoaoHTUTA N Ha-
pyLleHns npopes3biBaHus 3y6oB. [MopaxaloTcs netu
paHHero Bo3pacTa. [porHo3 HebnaronpUSATHbLIN.

Mpwn cuHapome KpysoHa (cungpom Crouzon,
morbus Crouzon, dysosteosis cranio-facialis, dyso-
steosis cranio-facialis hereditaria, dysosteosis cranio-
orbito-facialis) — BpOXAEHHbIE HaPYLIEHUSA CUHOC-
TO3a 4epena C TUMUYHOM ero KOHourypauvem wu
XapakTepHbiMn YyepTamun nuua. Ha ¢oHe aToro npe-
XOEBPEMEHHOE OKOCTEHEHWe LWBOB, paclUMpeHne
akpouedanbHOM YacTn Yepena; rmnoniasus BepxHen
YeniocTn, «OPVHbIA HOC». HabnopaloTca Takke npo-
rpeccupylowe odTanbMONornyeckme aHomanum -—
ak3odTanbmM, artpodus 3pUTENLHOrO HeEpBa, CHeno-
Ta, rUNepTenopmaMm, AVBEprupylollee Kocornasue,
HUCTarM. PeHTreHonorn4yecku — NOpucToe CTPOeHne
yepena, HarnoOMMVHAIOLLEE MYENVHbIE COTbI, y3ypauun.
C yBennyeHnem BHYTPUYEPENHOro AaBAEHUS CUMMNTO-
Mbl HapacTatoT.

CMNTOMOKOMMIEKC MOpaXeHUs TBepAblX TKa-
Hel 3y6oB MposiBNsSeTCcs npu cuHapome KanpenoHa
(cuHppom Capdepont, cuHapom Stainton, cuHapom
Stainton — Capdepont, cuHgpom Capdepont — Hodge,
morbus Capdepont, dentinogenesis hypoplastica he-
reditaria). [ng cuHOApOMa XapakTepHO: MOJOYHbIE
3y6bl KOPUYHEBATOWN UM BYPOI OKpacKu, 3Marnb Nerko
TPECKaeTCs, TBEPAOCTb AEHTUHA CHWXEHa, OEHTUH
HEYyBCTBUTENIEH, KOPOHKA 3yba ObICTPO CTMpaeTcs,
dopmMmpyeTcs HenpasuibHbIA NPUKYC. PeHTreHono-
rMYeckn — KanbLUMHO3 3y6OB, 4ACTO rMMEPLEMEHTOS3.
MHorpa ObiBaeT XpPYNKOCTb KOCTEW CKeneTa 1 nonvaak-
Tnnus. NMpupoaa cMHAPOMA He BbISICHEHA.

Komnnekc HacneacTBEeHHbIX CTOMAaTONOrM4Y4ecKux
aHomManuin npu cuHapome davHHa-Avipaa (CUHOPOM
Flynn-Aird) — nposBnsieTca B BMOE W3bA3BAEHUA U
aTpodun cnnM3ncTon 060M04KMN NONOCTU pTa, Kapuec
3y6oB. [lna aToro cuHapomMa xapakTepHbl TakMe CUM-
NTOMBbI, KaK: 65IN30PYKOCTb, aTUMNYHBIA MUTMEHTO3HBbIN
PETVHUT; OBYCTOPOHHAS aTpodusi CNyxOBbIX HEPBOB,
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Ha4yMHasa C 7-NeTHero BO3pacTa; arakcusa nepudepu-
YyecKkme HeBPUTbI, CYAOPOXHbIE MPUNAAKN, yMCTBEHHas
OTCTasNoCTb, YBENNYEHNE COLEPXaHUSA Benka B CMUH-
HOMO3rOBOW XMOKOCTWN; aTPODUSA KOXM; KUCTO3HbIE U3-
MEHEHWS KOCTEN, TYrornoaBM>XXHOCTb CyCTaBOB.

HacnepctBeHHbIn osteogenesis imperfect tarda
B COYETAHUM C ronybbiMU CKIepamMu U MOHUXKEH-
HbIM CINTYXOM — 3TO CUHAPOM BaH aep XysBe (CUHOPOM
van der Hoeve, trias van der Hoeve, cuHgpom (Adair)
Dighton, cuHgpom Apert, cuHgpom Spurway, CMHAPOM
Eddowes). [1ns aToro 3aboneBaHuns xapakTepHa Tpua-
[a cMMNTOMOB: 1) XPYNKOCTb KOCTEN, HeE3HaYUTENbHbIE
TpaBMbl 0OYCNOBAMBAIOT UX MNEPENOMbI («CTEKNSAHHbIN
yenosek»), KOTOpbIE MJIOXO cpacTalTcs, 00pasysa ae-
dopmaumn Koctelr; 2) ronybbie ckiepsbl; 3) MOHMXKEHNE
cnyxa, Kak npu otepocknepo3e. Hepeaoko Habnona-
eTcsa Aucnnasns 1 3anosganoe npopesbiBaHve 3y6oB,
paclienvHa TBEPLOro M MArkoro Heba, pacuienuHa
BepxHeln rybbl. BapabaHHble NepenoHKM CUHEBATHI,
nepepacTsxXeHne cycTtaBoB. PeHTreHonormyeckm -—
rMNOCcTO3, WCKPUBIEHUSA KOCTEW, MHOXECTBEHHbIE
nepenombl. CpaBHUTENbLHO pPeOKo KOMOUHMpYyeTcs
C LBETOBOM CNEenoTON, CUHOAKTUINEN, apaxHOoO4aK-
TUAMEN, NPOrPEeCcCUBHON MbILLEYHOM ANCTPpodUEn,
remodunnen n anunencuen. bonesHb npossnaeTcs
00bIYHO Y NOAPOCTKOB. [MPOrHO3 OTHOCUTENBLHO Bnaro-
npuaTHbIA. Nocne 3aBepLueHns pocTa XPynKoCTb KO-
CTeN yMeHbLLAeTCs.

CuHapom Cravipe (cuHapom Spira) — CMMNTOMO-
KOMMJIEKC Y NIOAEN, KOTOpble AJINTENBHO YyNoTPeonsaioT
NUTLEBYIO BOAY C MOBbLILLIEHHbIM coaepxaHnem: dTopa
(6onee 1 wmr/n): gucnnasusa 3y6HOM amann (TOYKW,
naTHa, gedekTbl); cToMaTuT. A Takke Ancnaasms Hor-
Ten (IOMKOCTb, NMPOA0J/bHAsA MOJSI0CATOCTb, TPELUNHDI,
nedopmaunmn); anctpodus BOAOC (JIOMKOCTb, Bbinage-
HWe); pasnn4Horo poaa Aepmarosbl; 3anopbl, B3ayTue
XWBOTA, KONUKK; NapecTtesus nagoHen u cton, cyno-
pPOrn MKPOHOXHbIX MbILLLL; HOpPMaslbHOE COoAepXaHue
KanbLMs B KPOBU. PeHTreHonornyeckn obHapyxmBaeT-
C$1: OCTEOCKNEePO3 ANMHHbIX TPYOUYaThIX KOCTEN, MEPUNO-
CTajlbHbIN KaNbLUMHOS.

HacnencTtBeHHas [0OpOKa4yeCcTBEHHas reHepanu-
30BaHHas XOHAPOTUCTPODUA 1 AN30CTO3 C ANCHNA3nN-
eli ckeneta HabnogaoTcs npu cuHapome Mapoto-Jla-
Mn (cuHgpom Maroteaux-Lamy (I), pycnodysosteosis).
Mpn atom 3aboneBaHnn: rMNOMNIA3nNa HUXKHEN Yento-
CTW, aHOMaNMM PacnosioXeHUs 3yOOoB, MOBbILIEHHAs
CKJIOHHOCTb K Kapuecy; AUCNPONOPLUNOHANBHBIA HU3-
KU POCT C OTHOCUTENTbHO KOPOTKMMU KOHEYHOCTSAMU;
kpaHuouedanbHas ANCTpodus — 0OTHOCUTENbHO 60Jb-
Las rosoBa C BbIAAOLLMMUCS NOOHBIMU 1 3aTbITOYHbI-
MW BbICTynamu, 60MbLIOA POAHNYOK HE 3aKpbIBAETCS
BMJIOTb OO 3PESIoro BO3pacTa; Hepeaky MHOXECTBEH-
Hble CMOHTaHHbIE NepenoMsbl; a Takke aHOManumn rpya-
HOWM KNeTku, rmnonnasus nanbueB, OpaxmpakTuius,
rmnonnasuvs Horren. PEHTreHONOrMYeckn — yTOJLLEHbI
1 TOMOTreHM3nPOoBaHbl BCe KOCTU. OCOBEHHO yTOLLEHA
KopTukanbHas CybcTaHUUS ANVHHBIX KOCTEN; pacLum-
peHue WBOB Yepena. YMCTBEHHOEe pa3BuTne HopmMasb-
HOE; NPOrHO3 61aroNPUATHbLIN.

CyuwiecTtByeT psaa 3adboneBaHnin S3HAOKPUHHON Npu-
pOAbl, NPOSIBASIOLLMXCS NATONOMMYECKUMN USMEHEHU-
SAMN 3yOOYENIOCTHOM CUCTEMBI.

Mpwv cuHapome UueHko-KylumHra — B NONOCTU pTa:
rMnepkepaTo3Hblld rnoccut, cnuauctas obosioyka oT-
€4Ha, C UMAHOTUYHbIM OTTEHKOM, XPOHUYECKMIA KaTa-
panbHbIA TMHIMBUT; PACNPOCTPAHEeHHasa natoforuye-
cKasl CTMpaeMoCTb U MENOBUAHASA KPanyaTtoCTb aManu.
[eHepann3oBaHHbIN NAPOAOHTUT TSXENION CTerneHu:
BblpaxeHHas aTpodus feceH, 0bHaXeHue Lweek 3yOoB,
KOopHeW; rnybokne 3y00OeCHEBbIE KapMaHbl, NOOBUX-
HOCTb 3yOOB.

OcCHOBHasa KAMHMYECKasi KapTuHa onpenensertcs
OnMyxoJibl0 KOPbl HAAMOYEYHMKOB: XapakTepHa BHeLl-
HOCTb 60NbHbIX — NYHOOOpa3Hoe nNmMuo 6arpoBO-Kpac-
HOro UBeTa, OTNIOXEHME XMpPa B NOAKOXHOWM KneT4yaTke
Lewn, Nae4yeBoro nosica, atpodus MbillL, KOHEYHOCTEWR;
MaoX0 NMOAAAILAACA JIEYEHUIO FMNepToHua. PeHTre-
HOJTIOrMYECKN — OCTEONOPO3 B MO3BOHKAX, KOCTSX Yepe-
na, pebpax v rpyauHe.

CurHapom Kopsusapa-Panna (cuHgpom Korvizar-
Rall), cumnTombl rmnoTnpeosa — coyeTaHue npusHa-
KOB MUKCeOeMbl (TMPEOUAHOM HeOoCTaTOYHOCTU) C
npuaHakamm nopaxeHns 3y604entoCTHOM cucTemsl. Y
[eTeli oTMevaeTcsl 3a4epxka npopesbiBaHns 3y0oB,
MHOXECTBEHHbIN Kapuec, HenpasuibHasa dopma Ko-
POHOK 3yHOB, YacTUYHas afeHTUs, rMnonias3us aMasnu.
YacTto — pedopmaums YentcTen, 0cTeonopos KOCTen.
Y B3poOCnbIXx — natofiornyeckas pe3opoums KOpHeh n
OCTEOomnopO3 HYEMOCTHbIX KOCTEN, IOMKOCTb 1 NaTono-
rmyeckasi CTpaemMoCTb SManu, MHOXECTBEHHbIN Kapu-
€C, reHepasn30BaHHbIN NAPOLOHTUT. [Py BPOXOEHHOM
rMNoTUPEOn3e — XxapakTepHbIA BUA, BONLHOMO: OKpyrioe
MU0, CraXeHHas nepeHocmua, HOC KOPOTKUIA N Kyp-
HOCbIN, rybbl TONCTbIE, NOJYOTKPbITHLINA POT, Makporioc-
cusl, roccut. NepBuYHbIM TMNOTUPEO3 MOXET SABUTLCS
pes3ynbTaToM N1e4ebHOro BO34eNCTBUS, BTOPUYHBIN Bbl-
3bIBaeTCA OEeCTPYKTUBHO-BOCNANNTESNIbHBIMU MPOLLEC-
camMu B runoTanamo-runodunsapHoin obnacTu.

lMapoaoHTasIbHbIVI  CUHAPOM 1PN HEKOMIEeHCY-
POBaHHOM WHCY/IMH3aBUCUMOM caxapHoM pauabete
(I Tmn). KnuHunyeckne nposiBNeHus: cumniToMatuye-
CKUI TMHIMBUT, NapOOOHTalIbHbIE KAPMaHbI, HacTo C ce-
PO3HbLIM UAN THOWHBIM OTAENSEMbIM, NaTonormyeckas
NOABUXHOCTb 3yOOB 1 BTOPMYHAA TPaBMaTU4eCcKas OK-
Kno3us. JeCTpyKTUBHbIE N3BMEHEHUS B aJIbBEOSIIPHOM
OTPOCTKE HOCSAT, Kak NpaBuio, reHepasnM3oBaHHbIN Xa-
pakTep. PeHTreHonornyecks HabnoaaeTcs HepaBHO-
MEPHbI NakyHapHbI UAn KpaTepoobpasHblii Tun pe-
30pOLMN MEXaTbLBEONSIPHBIX NEPErOPOLOK.

CuHapom Mopuaka (cuHapom Mauriac) — BTOpuY-
HbIA FMKOreHes y AeTen, CTpagaloLmx caxapHbiM ana-
6eToM: MHGMAHTUIBHBIA WAN IOBEHWIbHBIA CaxapHblii
amnabet, npoTtekaeT 6onee TAXENO, YEM Yy B3POCIbIX.
OfHMM 13 CaMbiX PaHHUX MPU3HAKOB SABNASIOTCS aHMm-
onaTtum, KOTopble NPUBOAAT K PasBUTUIO ObICTPOMNPO-
rpeccupyowmx 3abonesaHuin napopoHTta. lNpu ruH-
rMBUTAx OTMEYAETCs BbIPAXEHHAsk KPOBOTOYUBOCTb,
[ECHEBbIE COCOYKU pPbIXSible, TMNEPEMUPOBAHHLIE C
LMaHOTMYHBIM OTTEHKOM. B natonormyeckmx 3y6o-
[ECHEBbIX KapMaHax MMEIOTCS paspacTaHusa rpaHy-
JIAUMA C FreMOPParn4eCkM 1 FHOMHBbIM OTAENSEMbIM.
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3HaunTenbHas NoaBMXHOCTb 3yO6OB, HE COOTBETCTBY-
lowasa rnybuHe kapmaHoB. PeHTreHonormyecku: ne-
CTPYKLMS KOCTHOM TKaHM B 0611aCT MeX3yOHbIX nepe-
ropofoK. XpoHuyeckas aueToHypus, renatoMeranus,
3ajepxkKa pocta, HedpponaTtmm U HEBPOTUYECKNE pac-
cTponcTBa. Pa3BuBaeTcs B pe3ynbrate ClO0XHbIX Fop-
MOHaJIbHbIX HAPYLLUEHWIA.

CuHapom Onbparita (cungpom Albright) — Habnto-
[aeTcs y IeBOYEK: paHHee NOI0BOE CO3PEBaHME; NUr-
MEHTaLMS KOXM B BUOE MENKUX UM KPYMHbIX MIOCKNX
NATEH KOPUYHEBATOrO LBeTa; AedopmMaums YentocTen.
Mpn pEeHTreHoNorMyeckomM uccnenoBaHnunm — o4varuv
LEeCTPYKLUMN KOCTHOM TKaHW HENpaBUiibHOM GOpMbl r
y4acCTKN paspexeHnst KOCTU NCeBOOoKMCTO3HOro TUNa;
BO3MOXHO NMOPaXeEHME APYrUX KOCTEN.

Mpw cuHapome Jlavitsyna — On6parita (CUHAPOM
Lightwood- Albright, cungpom Albright, cungpom But-
tler-Lightwood-Albright, hypoparathyreoidismus idio-
pathicus) Ha ¢oHe obLliero octeonoposa, CToMarto-
iornyeckas naTtonorns npeacTtaBneHa runonnasven
3y6OHOM aMann u, Kak CNeacTBMe, MHOXECTBEHHbLIM Ka-
puecom 3yboB. CuHapom Lightwood- Albright — dopma
HacneacTBEHHOro runonapaTepnosa, kKotopasi paHo
NPOSIBASIETCH HAPYLUEHVMEM POCTA, TAXENbIM NO34HUM
pPaxmMTOM C UCKPUBSIEHMEM KOCTEN U CNOHTaHHBIMN Me-
penomMamm, 4acTo BbIPAXEHHbLIM KabLIMHO30M COCOY-
KOBOrO €109 Noyek ¢ 06pa3oBaHNEM KOHKPEMEHTOB B
MOY€eBbIBOAALLMX NYTAX. XapakTepHbIM AJ1si CUHApPOMa
ABNAETCH MblLLUEYHass aguHaMmnsa U NapoKCU3MasbHbIe
napaanyu (runokanuemms). Peakuysa mMo4m HenTpasb-
Has, yBE/IMYEHO BblAeNeHne HaTpus, Kanns 1 Kanbuus.
Hes3HaunTenbHas NpoTENHYPUS; 4acTO NOANypusi, U30-
CTeHypusi. B KpOBM — yMEHbLUEH LLEeNo4yHON pe3eps,
runokannemMmsl, NPorHo3 s rpyaHbiX AeTelr cpaBHU-
TENbHO XOPOLUNIA, NS MOAPOCTKOB U B3POCHbIX — HE-
OnaronpuaTHbLIA. YacTo CMMNTOMbI Kak OGbl HECKObKO
CTUpalOTCH nepep, NposiBIEHNEM OCTEONOpOo3a N He-
dpokanbumHo3a [1-3].

MoMnMoO HacneacTBeHHbIX GakToOpoB pPasBUTUSA
0CTEoNnopo3a, 1 Kak cneacTene — CToMaToornyeckonm
naTosiorMm, CyLLeCTBYIOT TaK Ha3blBaemble rpymnmnbl
pucka pas3BUTUA OCTEONOpPO3a, NP KOTOPbIX ELLEe He
yCTaHOBJIEH AMArH03 — OCTEONOpPO03, OQHAKO HapyLue-
HVEe PYHKUMM TEX WU MHBIX OPraHOB U CUCTEM, MOXET
ObITb NPEenNoOCLUIKOA AN PasBUTUS BbiLLeyKa3aHHOM
naTosiorMm KOCTHOW cucTeMbl opraHmama [5,18]. K
HUM OTHOCSITCSI: XpOHMYeckue 3abosieBaHUsi MeYvYeHn,
rnoYek, Lenuakus, Hecrneumnduieckmin A3BEHHbIN KONUT,
9HOOKPUHHAA MNaTonorvsi, 0OCOBEHHO CaxapHbIi ana-
6eT, naTonorns 6GPOHX0-Iero4HoN cnucTemMbl 1 ap. Pas-
BUTME OCTEONOpO3a NpPU XPOHUYECKNX 3abosieBaHMSaX
MMeeT MynbTUdaKkTopuanbHylo npupoay. HeratneHoe
B/IMSIHNE XPOHUYeCcKnx 3aboneeBaHuii Ha GopmMMpoBa-
HVE KOCTHOW TKaHW y AeTeln KIMHNYECKU NPosiBAseTCs
yepes OnpeaeseHHbIn NPOMEXYTOK BpeMeHu [7] .

HenonHoueHHOe NuTaHne, ManonoaBuXHbIN 00pa3
XWU3HWN, HEKOHTPONNPYEMbIA NpUeM MeauKaMeHTOB —
9TO AOMNOAHUTENBHBIE NMPOBOLMPYOLLME dakTopbl pas-
BUTUS OCTEONOPO3a KOCTHOW TKaHW Aaxe A9 NpakTn-
4yeckun 300pOoBbIX AeTel [23,25].

MonpobHoe n3yyeHre BbILLIENEPEYNCTIEHHBIX CUH-
OPOMOB 1 Apyrux 3aboneBaHwnii, NO3BOAUT Bpayam
MPakTU4YeCcKoro 34paBOOXPAHEHUSA MNPOCNeauTb B3a-
MMOCBSI3b Mexy COMaTU4eCcKOoW natosiornemn, msme-
HEHVSIMN B KOCTHOW CUCTEME M CTOMATONIOrM4eckum
cTatycomy geteit. JledeHne 3aboneBaHuin napoaoHTay
neteli ¢ yka3aHHbIMU 3a60/1EBaHUSIMU — CUMMITOMATU-
yeckoe. BosnencresoBaTtb Ha NAaTOreHeTNYEeCKOe 3BEHO
OCHOBHOro 3a60/1eBaHMS BO3MOXHO JIMLLb B KOMIJIEK-
Cce C BpavyaMu pasHbIX CMeunanbHOCTEN: FrEHETMKAMWU,
HeoHartosoramu, neguarpamMm, reMmatosoramu, 3HAOO0-
KpUHONoramu, TpaeMaTtoJioramm, opTonegamMmm U T. 4.

BbisBneHne 4oOMUHMPYIOLWEN NaTonornm, nexatlen
B OCHOBE HapyLUEHUI pa3BUTUSA OETCKOro opraHn3ma,
ABNSIETCA MNEPCMNEKTMBHbIM HArMpaBiieHNEM Hay4HbIX
1nccnenoBaHmin. 310 NO3BONIUT HANTU NMPaBUSIbHbIE NYTU
KOMMJIEKCHOrO BO3AENCTBUA Ha MaToreHeTnyeckne
3BEHbsI HAPYLLUEHN B KOCTHOW cucTemMe pebeHka.
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3MIHMU Y KICTKOBINA TKAHUHI, ACOLINOBAHI 31 CMAAKOBUMU CUHOPOMAMMU Y CTOMATONOTII
AUTAYOr O BIKY (ornap nitepaTtypu)

HazapsgH P. C., IckopocTeHcbka O. B., MikyniHcbka-Pyauy 0. M., Mucb B. O., Bnacoe A. B.

Pesiome. OcTeonopo3 € CMMNTOMOM 6araTbOX CMafKOBMX 3aXBOPOBaHb. XPOMOCOMHI XBOPOOU MOXYT Cy-
NPOBOAXKYBATUCb NPOrpPeiEHTHUM PO3BUTKOM KJiHIYHOT KapTUHK, SIka Npu3Beae 00 MNOSIBM NPU3HaKiB MOPYLUEHHS
LLiNocCTi KicTKOBOI TKaHUHU. Came Lie Jae niactasu Ans po3rnsay XPOMOCOMHUX XBOPOO K OAHIET 3 MPUYNH «CUM-
NTOMaTUYHOr0» OCTeonopody. Bce Ginbll yBarn oo npobnemM ocTteonopody NpuaingaoTb Nikapi — CTOMaTosIoru.
Bubip apgekBaTHOI KOMMIEKCHOI Tepanii 3axBOpioBaHb NAaPOAOHTY CTOITb AOCUTb FOCTPO OJ15 NikapiB NPakTUYHOI
MeanuMHW. Y NpakTuLi AMTA40ro CToOMaTtosiora 3yCcTpivyaeTbCs Lia HUCKa 3aXBOPIOBaHb (CUHAPOMIB), SIKi XapakTe-
PU3YIOTLCS TUMW YW IHLUVMW MOPYLUEHHSIMW Y KiICTKOBIW TKaHWHI Ta, BiANOBIAHO, y 3yOOLLENENHi CUCTEMI ANTUHM,
Ha TNi 3arasibHOro 3axBOPlOBAHHSA. Y AAHHIM cTaTTi NpeacTaB/ieHa YacTMHA CUHAPOMIB, NPU SKNX AiTU MaloTb 3MiHN
3 OOKy TBEPAMX TKaHWH 3y0iB Ta afibBEONIIPHOI KiICTKM HA T/i reHepani3oBaHOro 0CTeonoposy.

Kniouogi cnosa: ocTeonopos, CMHAPOMK, CTOMATONOrYHUIA CTaTyC, NaPOLOHTUT.
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M3MEHEHUNA B KOCTHOMN TKAHU, ACCOLUUUPOBAHHDIE C HACJIEACTBEHHbIMU CUHOPOMAMMU B
CTOMATOJIO'MU OETCKOIro BO3PACTA (0630p nutepartypbl)

HazapsH P. C., UckopocTeHckas O. B., 0. H. MukynuHckasa — Pyauy, B. A. Mbicb, A. B. Bnacos

Pesiome. OcTeonopos aBAseTcs CMMMNTOMOM MHOIMMX HacnencTBeHHbIX 3aboneBaHuii. Mpn HacneacTBEHHOW
naTosiornm, BO3MOXHO, M3HAYalbHOE HapylleHne NPoLeccoB KOCTeobpa3oBaHMs. OTO MOXET MPUBECTU K 3Ha-
YUTESNIbHBIM U3MEHEHUSIM B el He CHOPMUPOBAHHOM KOCTHOW TKaHU, YTO XapakTepuayeTcsi, OCTEONOPO30M U,
BMOCNEACTBUM, ero HeobpaTUMbIM OCJIOXKHEHUEM — OECTPYKUMEN KOCTHOW TKaHW. DTO COCTOSIHME MOXHO Mpo-
cneauTb B KITMHUYECKUX NPOSIBAIEHUSIX PSAA CUHAPOMOB, 9HO0KPUHHbLIX HAPYLLEHW 1 HEKOTOPbIX HACNeACTBEHHbIX
3aboneBaHuax. B npakTuke 4eTckoro ctoMmartosiora BCTpeyaeTces Lesblii psg 3aboneBaHnin (CUHAPOMORB), KOTOPbIE
XapakTepusytoTcst TEMU UM UHBIMU HAPYLUEHUSIMU B KOCTHOM TKaHW 1, COOTBETCTBEHHO, B 3yOOYENIOCTHOM CU-
cTeme pebéHka, Ha poHe OCHOBHOro 3abonieBaHus. [lJaHHas cTaTbs JaeT BO3MOXHOCTb NPOCieanTb NposiBlieHne
0oCTeonopo3a B 3y604eNtoCTHOW cucTtemMe y AeTel Npu pasnnyHbIX KIMHNYECKUX CUHAPOMAX, 9HOOKPUHHbLIX HapY-
LLIEHNSIX N HEKOTOPbIX HAC/eACTBEHHbIX 3a001eBaHuUsIX.

KnioueBble croBa: 0CTEONOP03, CUHOPOMbI, CTOMATO/IOrMYEeCKkuii CTaTyc, NapoLOHTUT.
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Changes in Bone Tissue, Associated with Hereditary Syndromes in Pediatric Dentistry

Nazarian R. S., Iskosostenskaia O. W., Mikulinskaya-Rudich Yu. N., Mys W. A., VlasovA. W.

Abstract. Nowadays, according to WHO'’s research, bone system disease such as osteoporosis takes the
fourth place after cardiovascular diseases, oncological pathologies and pancreatic diabetes. It is considered that
osteoporosis is typical for women of postmenopausal period or for old people, that is connected with bone weight
loss. However, nowadays it is proved that osteoporosis sources are represented in childhood, when intensive in-
crease of bone weight is observed.

Now, osteoporosis is considered to be a widespread systemic disease of skeleton, characterized by low bone
weight in capacity unit and by disorders of bone tissue microarchitectonics, what leads to heightened bone fragility
and increase of risks of fracture.

Osteoporosis is a symptom of many hereditary diseases. Taking into account that in practice of a pediatric
dentists there can be a lot of diseases (sydromes), which are characterizes by one or another disorders in bone
tissue and, accordingly, in maxillofacial system of child, against a background of fundamental disease, dentists pay
much attention to a problem of osteoporosis. Among practical doctors there is a problem of choosing an adequate
complex therapy of periodontal diseases.

In this article we made an effort to concentrate a part of syndromes, with which children can have changes
of tight teeth tissues and alveolar bone against a background of bone tissue osteoporosis. For example: Down’s
syndrome, Abt Letterer Siwe syndrome, Gaucher’s syndrome, Scheller-Christian syndrome, Papillon-Lefuvre syn-
drome, Itsenko-Cushing syndrome, periodontal syndrome by non-compensated insulin-dependent pancreatic dia-
betes (type I).

Besides hereditary factors of osteoporosis development and, as a result — dental pathology, there are so-called
groups of risks of osteoporosis development, where a diagnosis “osteoporosis” is not established so far, however,
functional disorders of one or another organs and systems can be a precondition for development of the foregoing
pathology of bone system. They are combined with: chronic diseases of liver, kidneys, celiac disease, nonspecific
ulcerative colitis, endocrine pathology, especially pancreatic diabetes, pathology of respiratory system and so on.
Osteoporosis development by chronic diseases has multifactorial nature. Negative influence of chronic diseases on
bone tissue formation among children is clinically revealed after definite time.

Incomplete nutrition, sedentary life, uncontrolled taking medicines are supplemental factors of osteoporosis
development of bone tissue even for almost healthy people.

Detailed studying of the foregoing syndromes and other diseases will allow practical doctors to observe connec-
tion between somatic pathology, changes in bone system and dental status of children. Treatment of periodontal
diseases among children with the mentioned diseases is symptomatic. To influence on pathogenic link of funda-
mental illness is possible only in a complex with doctors of different professions: geneticists, neonatologists, pedia-
tricians, hematologists, endocrinologists, traumatic surgeons, orthopedists and so on.

Detection of a dominated pathology, what underlies disorders of child’s organism formation is a perspective
direction of scientific research. It will help to find right ways of complex influence on pathogenetic links of disorders
in child’s bone system.

Key words: osteoporosis, syndromes, dental status, periodontitis.
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